HU$lAli SMALL INTESTINE B. Steinmann. R. Dubs: and R. Gitzelmann D i v i s i o n of hetabolism, Department of P e d i a t r i c s , U n i v e r s i t y of Ziirich, CH. By immunofluorescence microscopy u s i n g s p e c i f i c antibody t o a c t i v e r a b b i t o r human s u c r a s e , a c a t a l yt i c a l l y i n a c t i v e s u c r a s e a n t i g e n was discovered on ent e r o c y t e s of young r a b b i t s s t i l l l a c k i n g sucrase.This a n t i g e n was a l s o l o c a t e d i n t h e mucosal c r y p t s /which a r e devoid o f s u c r a s e / o f a d u l t r a b b i t s and o f normal humans. The c a t a l y t i c a l l y i n a c t i y e a n t i g e n s of both s p e c i e s were i s o l a t e d by immunosobents and were compared w i t h t h e i r corresponding a c t i v e sucrases. There were s t r u c t u r a l s i m i l a r i t i e s between a c t i v e and inact i v e p r o t e i n s . Active s u c r a s e succeeded t h e i n a c t i v e a n t i g e n i n t h e maturing r a b b i t a s w e l l a s d u r i n g c e l l migration from c r y p t s t o v i l l i i n mature r a b b i t and man. It was concluded t h a t t h e i n a c t i v e a n t i g e n s were
t h e enzyme precursors. I n six p a t i e n t s w i t h sucrasei s o m a l t a s e d e f i c i e n c y a n i n a c t i v e enzyme a n t i g e n vms demonstrated. Abnormal p e r s i s t e n c e of s u c r a s e precurs o r due t o a f a u l t i n t h e t r a n s i t i o n of p r e c u r s o r t o s u c r a s e could be t h e underlying d e f e c t i n some of t h e p a t i e n t s .
A CHEhIICAL STUDY ON HUMAN CEREBELLAR DEVEL-92 OPPiUliT. 11 . PHOSPHOGLYCERIDE FATTY ACIDS / -M. l h r t i n e z / I n t r . by A. Ballabriga/. Autonomous University, Children's Hospital of t h e "Seguri d a d S o c i a l " Barcelona, Spain.
A group of newborn i n f a n t s born during t h e second h a l f of g e s t a t i o n were s t u d i e d f o r t h e f a t t y a c i d comp o s i t i o n of EPG and CPG i n t h e c e r e b e l l a r t i s s u e . The f a t t y a c i d p a t t e r n of EPG and CPG were analyzed by GLC and t h e r e s u l t s compared with tlzose found i n cerebrum and w i t h o t h e r parameters p r e v i o u s l y s t u d i e d i n cerebellum / t o t a l l i p i d P and gangliosides/. Tiley included t h e r a t i o s n3/nG, 22 :4 n6/22: 5n6, 22: 4n6+22 : 5n6/20 : 4n6 and 18:0/18:1n9.
The o v e r a l l changes were s l i g h t e r t h a n t h o s e found i n t h e c e r e b r a l t i s s u e but t h e parab o l i c p r o f i l e of some parar1leters was c l e a r e r i n cerebellum tilan i n cerebrum. A s t h e descending p a r t o l t h e curve was l o n g e r i n c e r e b e l l a r t i s s u e t h a n i n ~e~e b r u n l , t h e d i f f e r e n c e s between c a s e s with q u i t e extreme gest a t i o n a l ages were s m a l l e r i n c e r e b e l l m xnan i n cerebrum. Tine selec-cion c r i t e r i o n of t h e c a s e s and t h e s t o r a g e of t h e m a t e r i a l were t h e sane described i n o t h e r pepers. PZEDBACk; IPJHJBITORS ON EXYTHROPOIESIS H. Lindernann, / I n t r . by 5. Halvorsen/
P e d i a t r i c Res. I n s t . H i k s h o s p i t a l e t , Oslo,
No may. The itBC l e v e l i s maintained a t a very constant l ev e l , r e g u l a t e d through s t i m u l a t i n g /ESP/ and i n h i b i ti n g f a c t o r s . The r e g u l a t o r y e f f e c t of RBC and compounds from RBC has been t e s t e d on ESF g31mulated exhypoxic polycythemic mice, using t h e Fe incorporation i n t o RBC a s parameter. Both i n t a c t and hemolyzed RBC were a b l e t o i n h i b i t e r y t h r o p o i e s i s . The i n h i b i t i n g f a c t o r d i d n o t 9 c o n t a i n heme. Elemental irorg+d!d not reduce t h e Fe uptake. On t h e c o n t r a r y , Fe -ions rat h e r s t i m u l a t e d ESF induced e r y t h r o p o i e s i s , probably due t o i n c r e a s e d amounts of a v a i l a b l e iron. Increasing amounts of immature RBC i n t h e t e s t m a t e r i a l , reduced t h e i n h i b i t o r y e f f e c t . An i n h i b i t i n g f a c t o r was l i b er a t e d i n t o t h e i n c u b a t i o n medium when RBC were incuba t e d f o r 20 hrs. Nature BBC a r e a b l e t o produce a subs t a n c e d i f f e r e n t from heme, viith a negative feedback on e r y t h r o p o i e s i s . I n compensated hemolytic anemias having no e l e v a t e d ESF l e v e l s , t h e i n c r e a s e d erythrop o i e s i s could be explained by hemolysis of t h e KBC bef o r e f u l l maturation.
Neonatal hypocalcemia i s common i n P.I. It i s not c l e a r whether i t z e s u l t s from t r a n s i e n t hypoparathyroidism on unresponsiveness t o p a r a t h y r o i d hormone /PTH/. Serum l e v e l s of calcium /Ca/, phosphorus /P/, magnesium /Mg/ and immunoreaktive FTH were determined i n 55 P.1.-mean g e s t a t i o n a l age /GA/: 34,5 weeks; mea n weight: 1,820kg-during t h e f i r s t 48h of l i f e /times:~-2h; lo-14h; 22-2621; 34-3811; 44-48h/. Nean Ca decreased from 8,74~0,92/SD/ a t time 0-2 t o 7,80+0,93 mg/looml a t time 22-26 and then remained s t a b l g . Ther e was no s i g n i f i c a n t change i n mean P and I @ .
Detect a b l e v a l u e s of PTH were found i n a l l but 2 i n f a n t s a t time 0-2 w i t h mean value o f 50+38 ulEq/ml /normal range f o r c h i l d r e n a n adults:C50-pl~q/ml w i t h 90 % being detectable/. Then PTH l e v e l s r i s e d s t e a d i l y reaching t h e high mean value of 202+105 ulEq/ml a t time 44-48. There was no c o r r e l a t i o n bTtween PTH l e v e l s and G.A. a t any time and s e v e r a l i n f a n t s with very low presented with e l e v a t e d PTH l e v e l s a t time 0-2 which i n c r e a s e d f u r t h e r l a t e r . Conclusion: Normal par a t h y r o i d responsiveness i s p r e s e n t a t b i r t h i n P.I. Therefore i n 2.1. neonatal hypocalcemia i s not t h e res u l t of t r a n s i e n t hypoparathyroidism; o t h e r a s p e c t s of i t s pathogenesis w i l l be discussed. P a t i e n t s with a c u t e leukemia /Ah% and ALL/ who rec e i v e m u l t i p l e t r a n s f u s i o n s of whole blood, p l a t e l e t s , o r granulocytes, may develope anti-HLA immurusation i n s p i t e of chemotherapy. The frequency o l HLA-alloimmunisation was s t u d i e d i n l o c h i l d r e n with ALL and i n 3 vnth NdE. HLA a n t i b o d i e s with m u l t i p l e s p e c i f i c i t y were d e t e c t e d i n 7 with ALL /70;;/, and i n a l l 3 vrith DJL. The presence of t h e s e a n t i b o d i e s was a s s o c i a t e d with i e b r i l e t r a n s f u s i o n 1-eactions, and with immediate d e s t r u c t i o n oS p l a t e l e t s o r granulocytes. selection of HLA con~pai;ible donors eliminated t h e s e r e a c t i o n s and permitted s u b s t i t u t e therapy u n t i l a remission occuri,ed. Therefore, a s soon a s anti-HLA immunisation i s p r e s e n t , HLA compatible t r a n s f u s i o n s must be given. Purine metabolism was s t u d i e d i n lymphocytes by assaying adenine-and hypoxanthine phosphoribosyltransf e r a s e s /APRT and HPRT/, ADA and adenosine kinase /AK/. Also, t h e i n c o r p o r a t i o n of 14C-adenine, -hypoxanthine and -adenoeine i n t o p u r i n e compounds was measured i n i n t a c t c e l l s . The a c t i v i t i e s of APRT and HPHT were low and c o r r e l a t e d with minimal uptake of t h e 14C-bases. Adenosine was taken up more a v i d l y , follovred by conve r s i o n i n t o adenine n u c l e o t i d e s by AK and i n t o i n o s i n e by ADA. The predominat pathway was u s u a l l y deemination, shown by 1.3-2.3 times higher ADA than AK a c t i v i t y , a a d by 1.3-3.4 times higher i s o t o p e flow through t h e pathway. l'hus, i n t r a c e l l u l a r adenosine is mainly degraded r a t h e r than I -e u t i l i s e d , and d e f i c i e n c y of ADA would l ead t o e l e v a t e d i n t r a c e l l u l a r l e v e l s . Since adenosine i s known t o be t o x i c t o a number of mammalian c e l l s , t h i s i s a p o s s i b l e mechanism f o r t h e d i s t u r b e d lymphoc y t e f u n c t i o n i n s e v e r e combined immunodeficiency, i n which J D A d e f i c i e n c y h a s been e s t a b l i s h e d .
